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Abstract

Ephitelial-myoepithelial carcinoma (EMC) is a neoplasm of salivary gland extremely rare and low-grade malig-
nant, exhibiting predilection for major salivary gland, especially parotid gland. This paper described a case of
EMC localized in soft palate. The initial clinical diagnosis were mucoepidermoid and adenoid cystic carcinoma.
A incisional biopsy was performed, and the histological diagnosis was adenocarcinoma not otherwise specified.
The patient underwent excisional biopsy, where was realized immunohistochemical analysis, staining the duct-like
structures, where the inner layer of epithelial cells positively for CK 14, whereas outer layer of myoepithelial cells
stained positively for smooth muscle actin (SMA) and vimentin antibodies. Based on these findings, the final his-
tological diagnosis was EMC. The patient was submitted 30 sessions of radiotherapy, and she is being follow-up
about 2 years without evidence recurrences.
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Introduction

Epithelial-myoepithelial carcinoma (EMC) is defined
by the World Health Organization (WHO) classification
in 1991 as a rare low-grade malignant neoplasm and
account for than 1% of salivary glands tumors (1,2).
Though the name for this tumor was coined by Donath et
al. (1972), EMC was likely recognized as early as 1956
and reported under a variety of names such as adenom-
yoepithelioma, clear cell adenoma, tubular solid adeno-
ma and clear cell carcinoma (3).

This tumor arising most frequently (80%) in the parotid
gland, but lesions have also been reported in submandi-
bular glands (10%) and minor salivary glands (1%) (1,4).
Histologically, it is characterized by variable proportions
of duct-forming eosinophilic cells and myoepithelial di-
fferentiated clear cells surrounding duct-forming cells
(5,6). Immunohistochemical studies realized to show
to be useful in separating EMC from similar tumors, as
pleomorphic adenoma and adenoid cystic carcinoma, by
highlighting the characteristic biphasic epithelial-myoe-
pithelial phenotype (7,8).

This paper reported a rare case of EMC localized in mi-
nor salivary glands, specifically in soft palate, as well
as discuss the findings immunohistochemical, empha-
sizing the possibilities involved in the genesis of this
neoplasm.

Case Report

A 76-year-old-women was referred to the Department
of Dentistry of State University of Paraiba, in Brazil, for
diagnosis and treatment of a lesion in soft palate. She
had noticed the lesion for about 1 year and complaining
of lesion that was “growing and difficult to breath”. In
extra-oral examination was not observed any altera-
tions. In intra-oral examination showed fibrous tumoral
lesion in soft palate, of regular surface, erythematous
and asymptomatic (Fig. 1). The hypothesis initial clini-
cal diagnosis were mucoepidermoid and adenoid cys-
tic carcinoma. It was requested panoramic radiograph,
in which there was no bone involvement. In incisional

Fig.1. Tumoral erythematous lesion observed in soft palate region.
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biopsy the diagnosis histological was adenocarcinoma
not otherwise specified. Computed tomography demons-
trated a tumor occupying the left side palate. The patient
underwent subsequent excisional biopsy. Microscopica-
1y, observed by hematoxylin-eosin staining the presen-
ce of double-layered duct-like structures with an inner
layer of epithelial cells and outer layer of clear myoepi-
thelial cells, forming solid nests and myxoid islets. The
epithelial cells were small cuboidal to be oval, scarce
in number, with a central hyperchromatic nucleus and
scant eosinophilic cytoplasm. The myoepithelial cells
were polygonal with more abundant, clear, vacuolated
and well-defined cytoplasm, and an eccentric irregular
nucleus. The fibrous connective tissue band contained
numerous blood vessels and necrosis was found locally

(Fig. 2).

Fig.2. Histology of the tumor (H/E, 100X). Myoepithelial cells were
polygonal with abundant clear cytoplasm arranged in sheets (A).
Epithelial duct-forming cells were small cuboidal with a central

nucleus and scant cytoplasm (B).

Immunohistochemical staining was carried out with the
streptavidin-biotin method. Immunoreactivity for CK7
and CK14 was observed in inner layer of epithelial cells,
as well as in mucous acinus and duct salivary. The clear
cells of outer layer were found to stain positively for
smooth muscle actin (SMA), which is consistent with a
myoepithelial phenotype. In solid areas observed immu-
noreactivity for vimentin in muscle cells around blood
vessels and small clear cells nests, confirming the myoe-
pithelial characteristic (Fig. 3).
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Fig.3. Immunohistochemical staining of the tumor (200X). Duct-
forming epithelial cells positive for CK14 (4) and myoepithelial clear
cells positive for SMA (B).

Based on these findings, the final histological diagno-
sis was EMC. The patient was submitted 30 sessions of
radiotherapy, and she is being follow-up about 2 years
without evidence neither recurrences and metastasis.

Discussion

Epithelial-myoepithelial carcinoma, recognized by
WHO in 1991, is a rare malignant neoplasm in the sa-
livary glands, comprising approximately 1% of all sa-
livary gland tumors (9). The case related was localized
in the soft palate, a rare area of onset, where it showed
histologic characteristics of a low-grade behavior of
aggressiveness. Rarely, high-grade or dedifferentiated
EMC has been described (10,11).

These tumors arise in the salivary glands, predominantly
the major salivary gland and the parotid gland (6). Howe-
ver, they have rarely been observed in tissues other than
the salivary glands, such as the breast, lacrimal gland,
lung and nasal cavity (6,12,13).

It is more frequent in elderly women, especially in the
seventh decade (1). Approximately 60% of patients with
EMC are female (2). The patient here was 72 years-old
female, such as in the mean age reported in the litera-
ture. She is being follow-up about 2 years, without any
evidence recurrences. In the series reported by Seethala
et al. (3), the recurrence rate was 36,3% in the 11-year
disease-free survival, but death was rare with 5-year
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(93,5%) and 10-year (81,8%) disease-specific survivals.
However, Fonseca and Soares (14) reported that the
S-year survival rate was 6% and 40% of patients died of
their disease. In these cases, the authors suggest that the
classification of epithelial-myoepithelial carcinoma as
low-grade should be reviewed, as the clinical behavior
of the tumor contrasts with its histopathologically bland
appearance.

EMC has been postulated to be derived from the inter-
calated ducts of salivary glands, because the tubular
growth pattern of this tumor recapitulates this phenoty-
pe. More current concepts of salivary gland tumorigene-
sis avoid attributing tumors to a specific structure or cell
type of origin, focusing instead on classification based
on the morphologic and immunophenotypic differentia-
tion (3). Studies have reported that pleomorphic adeno-
ma cell culture are monoclonal, probably deriving from
a common precursor of myoepithelial and ductal cells.
In contrast, epithelial-myoepithelial carcinoma cell cul-
ture present two different cell populations, already com-
mitted to luminal and myoepithelial differentiation (15).
Although the histological appearance of the EMC is usu-
ally characteristic, immunohistochemical studies may
prove to be useful in separating of others similar tumors,
as adenoid cystic and pleomorphic adenoma (8).

In the present case, the tumor was composed of two
types of cells, one type of duct-forming cell and other
type of cells surrounding these cells. However, the pat-
tern of the cellular arrangement found in this tumor ex-
cludes the possibility of an adenoid cystic carcinoma.
The tumour also exhibiting greater epithelial cellularity
with less stroma compared to pleomorphic adenomas.
Immunohistochemically, in this case was observed that
the myoepithelial cells were positive for vimentin and
smooth muscle actin (SMA) and the epithelial cells were
positive for CK 7 and CK 14. Seethala et al. (3) also
observed that vimentin and SMA were positive in 75%
and 81,8% for myoepithelial cells, respectively. Accord-
ing to this author, among of the myoepithelial markers,
p63 has the best performance, showing diffuse strong
staining in large number of cases, with no staining of
epithelial cells.

In some cases, adenoid cystic carcinoma (ACC) can also
show a double-layered, duct-like structure, it can be mis-
taken for ECM. But, the inner ductal cell layer in ACC
stain positive for the S-100 protein, whereas only the
outer ductal cell layer in ECM is positive for the S-100
protein. The different immunostaining characteristics
will be useful for distinguishing between EMC and ACC
when necessary (2).

Furuse et al. (5) observed nuclear staining of myoepithe-
lial cells for B-catenin protein in 10 cases of ECM, sug-
gesting that it may be related aggressive biologic behav-
ior of the tumor. According these authors, the universal
expression of E-cadherin and B-catenin in salivary gland
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tumors may explain the slow growth and later metas-
tasis seen in these tumors compared with other carci-
nomas, which confirms the role of both E-cadherin and
B-catenin as tumor-suppressing and invasion-suppress-
ing molecules. In the case of ECM, when myoepithelial
cells participate in tumor pathogenesis, the expression
of E-cadherin/B-catenin complex should be considered a
useful prognostic marker.

Actually, there is no consensus regarding the optimal
treatment of ECM. In our case, surgical excision was
done with the margin all around the tumor. No recur-
rences or metastasis were found 24 months after the
surgery. The adjunctive radiation therapy is sometimes
used, and in this case, the patient was submitted 30 ses-
sions of radiotherapy, of 100 grays each, and she is mak-
ing prosthodontic rehabilitation.
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